Inflammatory pseudotumor (IPT) is a benign tumor-like lesion of unknown cause and is originally described in the lung and orbit, but it has recently been reported throughout the body and only a small number of people [1, 3, 6] . We presented a rare case of costo-vertebral inflammatory pseudotumor with epidural invasion presenting with progressive cervico-brachial pain. There were no signs of myelopathy.
Background and Importance
Inflammatory pseudotumor (IPT) is a benign tumor-like lesion of unknown cause and is originally described in the lung and orbit, but it has recently been reported throughout the body and only a small number of people [1, 3, 6] . We presented a rare case of costo-vertebral inflammatory pseudotumor with epidural invasion presenting with progressive cervico-brachial pain. There were no signs of myelopathy.
Case Presentation
A 50-year-old male had a two month history of left cervicobrachial pain, with progressive weakness in left upper limb. The patient signed an informed written consent form before participation. The neurologic examination showed brachial monoparesis predominantly in distal left without pyramidal signs. Magnetic resonance imaging (MRI) showed hypointense lesion in both T1-and T2-weighed images (Figures 1,2 ) with intense contrast enhancement at the left costo-vertebral gutter with epidural extension through the lateral foramen, causing a compression on the spinal cord from C7 to D3 (Figure 3) . The thoraco-abdominal CT scan did not show other lesions. A CT scan-guided biopsy through posterior-lateral approach was performed. The histological examination revealed that the lesion was made of dense collagen with fibrous background, associating fibroblastic or myofibroblastic cells having a clarified ovoid nuclei and inflammatory cells grouped into small clusters formed mainly of plasma cells and lymphocytes, and the lesion was richly vascularized. No necrosis was observed. The antiactin smooth muscle antibody marked diffuse myofibroblasts that are H-caldesmone negative, the ALK was positive and the anti-cytokeratin AE1/AE3 antibody was negative excluding the possibility of an epithelial tumor. Hence, the diagnosis of an inflammatory pseudotumor was made.
Treatment started by steroids (1mg/kg/d) with adjuvant radiotherapy. There was a rapid recovery in his neurological functions, and there was a complete resolution of the lesion on control MRI after three years. There was no evidence of pulmonary or other lesions.
Discussion
Inflammatory pseudotumor was first described by Brunn in 1939 as a lesion in lung and was named as IPT by Umirker in 1954 [6, 7] . It is a chronic inflammatory process of unknown origin and its histopathological presentation is very variable. It is most often located in the lungs and the orbit [1] [2] [3] [4] . At the orbit, the inflammatory pseudotumor, is currently called idiopathic sclerosing inflammation [2] . Extra-pulmonary locations, apart from orbit are: nasal sinuses, liver, spleen, pancreas, intestine, kidney, urinary tract, bladder, testes, heart, and lymphatic system [1, 5] . Only seven cases with epidural location in the spine have been reported to date [6] . In the nervous system, this condition is difficult to diagnose because its clinical and radiological presentation are not specific [2] .
The IPT is hypointense in both T1 and T2-weighted MRI images showing strong enhancement with gadolinium contrast, > Iranian Journal of Neurosurgery as seen in our patient [1, 4, 6] . Histopathologically, the IPT includes inflammatory cell component made of plasma cells, phenotype B and T lymphocytes, histiocytes, eosinophils and macrophages sometimes taking a clear xanthomatous look [3, 5, 6] . It is associated to a fibroblast or myofibroblast component and a collagen background and more or less hyalinized [3, 6] . Some inflammatory pseudotumors are found in association with immunoglobulin G4 (IgG4) related disease, a systemic immune-mediated fibrosclerosing disease characterized by IgG4-positive plasma cell [6, 8] . The most used terms in recent literature are inflammatory pseudotumor and inflammatory myofibroblastic tumor, terms highlighting the importance of myofibroblasts in these lesions [3] . It is the case in our patient. Surgical excision is the best way to have a diagnosis and also is indicated for spinal cord decompression, although other treatments such as steroid therapy, antibiotics, radiotherapy, chemotherapy or CO2 laser have been tested on other locations of IPT with good results which can also reduce the size of the tumor [1, 4, 6] . Some authors consider IPT as inflammatory fibrosarcomas, and prognosis is an unfavorable result due to local and distant recurrence [3] .
Conclusion
Inflammatory pseudotumor is mostly a benign myofibroblastic tumor of the soft tissue. Central nervous system involvement is a rare occurrence, and the costo-vertebral inflammatory pseudotumor with invasion of epidural space is rare. The CT guided biopsy confirmed the diagnosis. Treatment with steroid and adjuvant radiotherapy resulted in complete relief of the symptoms.
